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EXTRAMEDULLARY HEMATOPOIESIS PRESENTING AS AN INTRAATRIAL MASS IN A PATIENT 
WITH CHRONIC MYELOGENOUS LEUKEMIA 
Richard K. Freeman, MD, Frederick M. Howden, MD, Preston S. Gable, MD, and Kelly J. Bethel, MD, 
San Diego, Calif. 
Extramedullary hematopoiesis complicating myelo- 
proliferative disorders is a common diagnosis at au- 
topsy. It may involve any organ in patients with agno- 
genic myeloid metaplasia and less commonly polycythemia 
rubra vera or chronic myelogenous leukemia (CML). 
However, extramedullary hematopoiesis has been re- 
ported to involve the pericardium in only six cases, with 
no reports of myocardial involvement. We present he 
first known case of the resection of an intracardiac 
atrial mass in a patient with CML that on pathologic 
examination proved to be myocardium-based extramed- 
ullary hematopoiesis. 
A 35-year-old African American woman originally 
received the diagnosis of Philadelphia chromosome- 
positive CML in 1988 and had done well receiving 
maintenance chemotherapy with hydroxyurea. In De- 
cember 1992 she was admitted with a 48-hour history of 
fever and chills, nausea, malaise, and a nonproductive 
cough. The physical examination was remarkable for a 
heart rate of 120 beats/min with a grade 2/6 diastolic 
murmur and no pericardial rub. Jugular venous disten- 
tion to 16 cm while upright was present, but not pulsus 
paradoxus. The chest roentgenogram on admission 
revealed an enlarged cardiac silhouette suggestive of a 
pericardial effusion and an electrocardiogram showed 
only sinus tachycardia. A transthoracic echocardiogram 
showed a small pericardial effusion and a 4 cm right 
intraatrial mass arising from the lower aspect of the 
atrial septum (Fig. 1). These findings were supported by 
a subsequent transesophageal echocardiogram, which 
showed the mass to be partially prolapsing through the 
tricuspid valve in diastole. 
With the persistence of her symptoms, the patient 
was taken to the operating room and cardiopulmonary 
bypass was begun. Through a right atriotomy, a 5 by 4 
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by 2 cm pedunculated mass was resected en bloc, 
including a 2 cm portion of atrial wall adjacent o the 
junction of the inferior vena cava with the right atrium. 
The atriotomy was closed and the patient was trans- 
ferred to the intensive care unit. Her postoperative 
recovery was uneventful except for a superficial sternal 
wound infection. She was discharged from the hospital 
on postoperative day 17. 
After a brief period of postoperative convalescence, 
the patient returned to full-time employment. Her 
CML entered an accelerated phase 6 months after 
the operation. Serial transthoracic echocardiogram 
showed no further abnormalities. She currently is doing 
well 2 years after the operation with maintenance 
chemotherapy while awaiting bone marrow transplan- 
tation. 
Pathologic examination of the specimen revealed a 
portion of atrial septum with focal infiltration by granu- 
locytic and erythroid precursors, as well as megakaryo- 
cytes. These were grossly evident as multiple yellow-tan 
nodules measuring up to 2 mm that were interdigitated 
between myocardial muscle fibers. No large aggregates of
myeloblasts were identifiable. These findings were consis- 
tent with a diagnosis of myocardium-based extramedullary 
bematopoiesis (Fig. 2). 
Extramedullary hematopoiesis is a widely recognized 
complication in patients with myeloproliferative dis- 
orders. The spleen, liver, lymph nodes, kidneys, and 
retroperitoneum are most commonly involved. 1 In 
contrast o infiltrates or hemorrhages, extramedullary 
hematopoiesis nvolving the heart is rare. Among six 
case reports in the literature, five of the patients had 
agnogenic myeloid metaplasia nd one had CML. 2-7 In 
all six patients, the extramedullary hematopoiesis ap- 
peared confined to the pericardium, where a hemody- 
namically significant effusion was diagnosed and 
drained. 
To our knowledge, this is the first reported case of 
extramedullary hematopoiesis involving the myocar- 
dium that was diagnosed before death and treated with 
surgical resection. This case illustrates the need for a 
collaborative approach to these patients. The surgeon 
and oncologist should consider the prognosis of the 
patient's underlying malignant disease, the degree of 
symptoms, and the level of relative immunocompetency 
when contemplating operative intervention in patients 
with disorders of myeloproliferation i volving the 
heart. This case also emphasizes the need to broaden 
the differential diagnosis in patients with hematologic 
malignant disease to include extramedullary hemato- 
poiesis as well as granulocytic sarcomas and leukemic 
cell infiltrates. 
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Fig. 1. Transthoracic echocardiography demonstrates a 4 cm right intraatrial mass arising from the atrial 
septum. 
Fig. 2. Light microscopy: Extramedullary hematopoiesis seen to interdigitate between myocardial 
muscle fibers (hematoxylin and eosin; original magnification × 140). 
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PRIMARY AORTIC SARCOMA: RESECTION BY TOTAL ARCH REPLACEMENT 
Satoshi Sekine, MD, Tadaaki Abe, MD, Keiji Seki, MD, Yoshiki Shibata, MD, and Itsuro Yamagishi, MD, 
Akita, Japan 
Because of the rarity and varying presentations of 
primary aortic tumors, antemortem diagnosis of these 
tumors is difficult. This report presents the case of a 
patient with primary aortic malignant hemangioendothe- 
lioma involving the aortic arch, which was resected with 
total arch replacement. 
A 53-year-old woman was readmitted to Akita Univer- 
sity Hospital with frequent recurrence of a low-grade 
fever. She had been well 6 months earlier after admission 
to this hospital with progressive general fatigue and a 
low-grade fever. During the first admission, no malignant 
disease was detected, and all tumor markers were within 
normal imits. A diagnosis of sacroiliac arthritis was made, 
and she was discharged home receiving a low dose of 
prednisolone (5 mg/day) and loxoprofen (180 mg/day). 
On physical examination at readmission to the hospital, 
she was pale and a systolic grade 2 murmur was noticed 
along the upper right sternal border and the neck. No 
other pathologic conditions were revealed. Laboratory 
examination showed the following values: hemoglobin 7.2 
gm/dl, hematocrit 23.7%, white blood cell count 16.9 × 
103//xl, erythrocyte sedimentation rate 165 mm/hr, and 
C-reactive protein 11.2 mg/dl. Four days later, she had 
sudden cyanosis and numbness of the toes. The dorsal 
pedal pulses were present, and the ischemia improved 
within a day. Electrocardiography showed normal sinus 
rhythm and echocardiography showed no abnormalities in
the heart. The aortitis syndrome was suspected and com- 
puted tomographic scanning of the chest was done, which 
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Fig. 1. MRI of chest demonstrates that tumor (arrow) 
arising from inferior surface of aortic arch occupies 
practically entire transverse aorta and part of ascending 
and descending arch of aorta. 
